Abstract Congenital ectropion uveae (CEU) is a rare anomaly characterized by ectropion uveae, iris hypoplasia, iridotrabecular dysgenesis and glaucoma. The apparent ectropion uveae results from the spread of iris pigment epithelium beyond the iris ruff and onto the anterior surface of the iris. Conclusion Open-angle glaucoma results due to angle dysgenesis, so patients should be carefully examined periodically for its early detection.
of 5-8 years duration. On examination, visual acuity was OD 6/6 and OS HM with accurate light projection. Her left eye was apparently proptosed, and Hertel's exophthalmometry readings were 13 mm in the right eye and 17 mm in the left eye with bar reading of 105. She had ptosis of 2 mm ( Fig. 1 ) with good levator function. Slit lamp examination revealed a deep anterior chamber, anisocoria of 1.5 mm, the left pupil being larger though round, regular and reacting to light, with 3608 ectropion uveae and patches of iris atrophy (Fig. 2) . On fundoscopy of the left eye, there was near total cupping of the optic disc with significant pallor of the neuroretinal rim and bayoneting of the vessels. The anterior segment and fundus of the right eye were normal (Fig. 2) . Gonioscopy examination of the left eye revealed an abnormal angle with anterior insertion of the iris (Fig. 3) . On applanation tonometry, IOP was OD 14 mmHg and OS 48 mmHg. Corneal diameters of OD were 12.0 mm (H)/11 mm (V) and OS were 13.5 mm (H)/12.5 mm (V). Axial length of OD and OS were 22.96 and 25.61 mm, respectively. No systemic association was noticed.
Patient was given a prescription for oral carbonic anhydrase inhibitor 250 mg three times daily for 3 days and topical carbonic anhydrase inhibitors three times daily along with a combination of alpha agonist and beta-blocker eye drops twice daily to continue. Examination after 1 week revealed visual acuity of OD was 6/6 and OS improved to 1/60 and IOP of OD 16 and OS 32 mmHg, respectively. Surgical trabeculectomy with adjunctive mitomycin C was Three months later, the patient was symptomatically relieved and felt better cosmetically with no further increase in the bulging eyes (Fig. 4) though the visual acuity was OD 6/6 and OS 2/60. IOP was 12 and 18 mm Hg in right and left eyes, respectively. The bleb in the left eye was low lying and diffuse. Corneal diameters and axial lengths remained unchanged. Patient was advised to return for regular follow up visits. Refraction was attempted but there was no improvement with glasses. Loss of vision could be attributed to the presence of anisometropic amblyopia due to axial length asymmetry, but since there was total glaucomatous optic atrophy, this factor does not hold much significance further.
Discussion
Congenital ectropion uveae (CEU) is a rare, nonprogressive condition scarcely mentioned in the ophthalmic literature. The first author to describe congenital ectropion uveae was Wicherkiewicz [1] .
On the contrary to the acquired Ectropion Uveae which is often associated with neovascularization of the iris resulting into tractional force, hyperplasia of the iris pigment epithelium and its apparent spread over the anterior surface of the iris is supposed to cause the classic ectropion uveae in CEU. Failure of regression of the primordial endothelium in the anterior chamber caused by the developmental arrest of neural crest tissue in utero is the prime factor inciting this hyperplasia [2] .
Case reported here is a late presentation of a unilateral congenital ectropion uveae with advanced glaucomatous cupping without any systemic association.
In 1985, Dowling et al. [2] described 10 patients with CEU, hypoplasia of the iris stroma, Fig. 4 After 3 months on follow up Fig. 3 Gonioscopy depicting anterior insertion of iris (black arrow) iridotrabecular dysgenesis, anterior insertion of the iris root, and glaucoma. No underlying systemic abnormalities were found. They hypothesized that this syndrome originated from a neural crest cell migration abnormality. A majority of these patients also demonstrated mild ptosis. They hypothesized that the apparent ectropion uveae results from the spread of iris pigment epithelium beyond the iris ruff and onto the anterior surface of the iris.
More recent study in 2006 by Harasymowycz et al. [3] reported the presence of a distinct fibrovascular surface membrane on histopathological examination of iris tissue of an infant with CEU covering the anterior aspect of the iris stroma and hypothesized that this membrane might have been responsible for pulling the posterior pigmented layer of the iris anteriorly, creating the ectropion of iris.
Glaucoma is a known complication of CEU. Openangle glaucoma results due to angle dysgenesis. Ritch et al. [4] reported seven out of eight CEU patients developed glaucoma while Dowling et al. [2] reported a case series of 10 patients all of which required surgical intervention for IOP control. Study regarding management of glaucoma by Mandal et al. [5] concluded that the success rate with early goniotomy appears to be much lower in patients of CEU than in primary congenital glaucoma that is greater than 80% [5, 6] . Another study by Wolter et al. [6] and Roth et al. [7] concluded that glaucoma filtration surgery with or without antimetabolites is necessary for patients of CEU with intractable glaucoma.
Our patient being a female child was concerned more for facial asymmetry with enlarged and protruded left eye and drooping eyelid. After intervention, patient benefitted symptomatically and cosmetically despite minimal improvement in visual acuity. She was counselled for ptosis surgery but she refused.
Conclusion
Congenital ectropion uveae is mostly associated with refractory glaucoma. Its presentation which is mostly unilateral and without systemic association contributes to its late detection. Careful periodic examination and early surgical intervention are required to preserve the remaining vision.
